Spondylometaphyseal dysplasia (SMD) is an extremely rare bone dysplasia characterized by vertebral and metaphyseal changes of truncal or juxtatruncal bones of varying severity. Various types of SMD are described with autosomal dominant, autosomal recessive, and X-linked recessive inheritance.
was 20/200 in the right eye and 20/400 in the left eye. Anterior segment examination showed posterior subcapsular cataract in the right eye and total cataract in the left eye. Fundus examination of the right eye was normal. In the 15 year old, CDVA was 20/100 in both eyes. Anterior segment examination showed posterior subcapsular cataract in both eyes. Fundus examination was normal. Further pediatrician evaluation of the boys revealed SMD on clinical and x-ray examination (Figure 1) . A diagnosis of SMD with developmental cataract in both eyes was made.
Electroretinography in all four children was normal, with no evidence of retinal dystrophy. Biochemical tests in both sibling pairs, including serum calcium, phosphorus, total alkaline phosphatase, thyroid profile, and parathyroid hormone E, were normal. The parents were screened and found to have clear lenses in both eyes. A medical examination of all parents revealed no evidence of SMD.
Our diagnosis of SMD was made based on radiological and clinical findings. The skeletal phenotype of our patients was identical to those of patients with cone-rod dystrophy type. 3 There was no evidence of retinal dystrophy clinically and on electroretinography in any of our cases. There have been reports on association of lens abnormalities 
